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Philip Barber FRCP3 Paul Bishop MB BCh2 J R Soc Med 1998;91: [591] [592] [593] Cryptogenic fibrosing alveolitis (CFA), by definition, is pulmonary fibrosis of uncertain origin. Lately, attention has focused on Epstein-Barr virus as a possible causel, but the aetiologies are probably multiple. In women it seldom arises before the menopause, so there are few reports of CFA in pregnancy2A CASE HISTORY A woman aged 29, in the 15th week of her second pregnancy, was referred because of breathlessness for 4 weeks. There was no sputum production or chest pain. Previously fit and well, on no medications, she was an exsmoker of 20 cigarettes per day for 15 years, having given up at the start of the pregnancy; there was no history of domestic or occupational exposure to pathogens or toxic materials. On examination she was breathless at rest, with tachycardia and finger clubbing. She was apyrexial and blood pressure was normal. Fine end-inspiratory crackles were heard in the right axilla.
There was a mild neutrophilia and the erythrocyte sedimentation rate was raised at 72 mm/h. Renal function was normal and serum assays for angiotensin converting enzyme, rheumatoid factor, antinuclear factor, ANCA, ._. Figure  1 ). Pulmonary function tests indicated a severe restrictive deficit ( Figure 2 ) with resting hypoxia. Forced expiratory volume in 1 second was 1.2 L and forced vital capacity was 1 .32 L (expected 2.97). Transfer coefficient was also severely reduced at 1.03 mmol/min/kPa/L (expected 1.94). A transbronchial lung biopsy specimen was infiltrated with chronic inflammatory cells and a videoassisted thoracoscopic biopsy specimen showed patchy interstitial fibrosis and a mononuclear cell infiltrate ( Figure  3 ). Intra-alveolar macrophages were present with type II pneumonocyte hyperplasia. Immunohistochemical staining for CD 1 a, S-100 and HMB45 was negative. The histological appearance was of interstitial fibrosis in an active cellular phase. Because of the extreme rarity of such a diagnosis the biopsy material was shown to a second pathologist, who agreed with this interpretation. Oral prednisolone was started at 60 mg daily and symptoms improved within 4 days. After 1 week the lung crepitations began to clear with simultaneous improvement in radiographic appearances and pulmonary function. Steroids were reduced to 40 mg daily and she was allowed home. She continued to make excellent progress with a reducing regimen of steroids and gave birth to a healthy baby at term. Postnatally there were no continuing symptoms, chest crepitations were absent and the finger clubbing resolved. Radiographic appearances reverted to normal and high-resolution computed tomography showed no evidence of persisting fibrosis. Pulmonary function tests at this time were also normal. 1 year after presentation steroids were discontinued without deterioration in lung function or symptom recurrence. COMMENT We have found one previous case of CFA developing in pregnancy. A woman aged 35 presented at 19 weeks of pregnancy with breathlessness2. Despite steroid therapy her condition deteriorated and a therapeutic mid-trimester abortion was performed at 24 weeks. She improved thereafter and steroids were tapered off after 6 months when pulmonary function tests were near normal. There are four reports of pregnancy in patients with pre-existing CFA. Boggess et al.4 record the case of a woman aged 35, diagnosed as having severe CFA 6 years previously, who required a caesarean section before term, and prolonged intubation, because of increasing breathlessness; there is no mention of long-term follow-up of mother or baby. They also report a second patient of 30 years with mild CFA. Despite early transient hypoxaemia the pregnancy was continued successfully. Smythe she became breathless at rest, with peripheral cyanosis. Acute interstitial pneumonitis was diagnosed and she responded to ampicillin and isoetharine inhalation. At 27 weeks, pulmonary function deteriorated, with a drop in the arterial oxygen concentration. She gave birth successfully at 34 weeks but died suddenly 3 weeks post-partum. Finally, a patient previously identified as having pulmonary fibrosis with a strong family history deteriorated during her first pregnancy and never recovered her pregravid pulmonary function despite aggressive treatment5.
'Desquamative alveolitis' is commonly differentiated from usual interstitial alveolitis, and seems more likely to regress spontaneously and respond to steroid therapy6. Our patient showed definite fibrosis and comes within the spectrum of usual interstitial alveolitis. Subtyping within this broad category is difficult. As emphasized by Hammar7, histological appearances can vary greatly from field to field and the chronological progression from 'active cellular phase' to 'acellular fibrotic phase' is contentious. Prediction of the clinical outcome from the histological appearance is therefore difficult. In our patient the history of recent smoking cessation and the rapid response to steroids raise the possibility of extrinsic allergic alveolitis (more common in non-smokers), but established fibrosis on lung biopsy and the chest X-ray appearance were against such a diagnosis. The early manifestations of acute myeloid leukaemia (AML) include easy bruising, petechiae, epistaxis, gingival bleeding, conjunctival haemorrhages, and prolonged bleeding from skin injuries1. To our knowledge AML has not previously been described as a cause of airway obstruction.
CASE HISTORY
A 70-year-old woman, previously fit and well, came to the accident and emergency department with a five-day history of weakness and fatigue associated with sore throat, cough and increasing dyspnoea. There was no history of trauma to the neck and she was on no medication. She had a mild inspiratory stridor at rest, and indirect laryngoscopy and flexible nasendoscopy revealed a diffuse swelling of the right supraglottis and glottis with generalized oedema of the laryngeal inlet. Haemoglobin was 9.6g/dL, white cell count 0.83 x 109/L, and platelet count 26 x 109/L. She was started on intravenous antibiotics and hydrocortisone to treat a possible infective cause and to reduce the obstructive oedema, and a haematological opinion was sought. After a bone marrow biopsy acute myeloid leukaemia was diagnosed and she was transfused with 10 units of platelets to correct the thrombocytopenia. Tomography of the larynx showed bilateral transglottic narrowing.
Initially the patient's condition improved but 48 hours after admission the stridor was increasing and haemoglobin was falling. Tracheostomy and direct laryngoscopy were planned. Before surgery a further 5 units of whole blood and 5 units of platelets were given. Direct laryngoscopy revealed a large transglottic haematoma mainly affecting the right side of the larynx with oedema of the laryngeal inlet, and a tracheostomy was performed without incident. One week later, repeat laryngoscopy revealed almost complete resolution of the haematoma and the patient was successfully decannulated. She has remained well with regular transfusions and has declined any chemotherapy. COMMENT Previously described haematological conditions resulting in upper airway haematomas include anticoagulant therapy2, haemophilia3, polycythaemia rubra vera4 and idiopathic thrombocytopenic purpura5. We could not identify any previous report of an acute or chronic leukaemia causing upper airway haemorrhage. Other reported causes of airway haemorrhage are blunt and penetrating trauma to the larynx, cervical spine injuries, and complications from surgical procedures6. The areas commonly affected in the upper aerodigestive tract include the retropharyngeal space, the sublingual space and the larynx.
Airway obstruction demands prompt diagnosis and treatment. A suspected haematoma should be confirmed by indirect laryngoscopy or flexible nasendoscopy, performed by an experienced otolaryngologist. If the airway needs to be secured, the options are intubation or open tracheostomy (which will require prompt correction of the coagulopathy). A planned tracheostomy has far less morbidity and mortality than one done rapidly in an emergency.
